Acute hyperammonemic encephalopathy results from hyperammonemia associated with acute liver failure. Acute hyperammonemic encephalopathy can cause sudden altered mentality or even abrupt progression to coma state (1, 2). Because acute hepatic encephalopathy is typically a clinical diagnosis, imaging studies were rarely performed until recently.
INTRODUCTION
Acute hyperammonemic encephalopathy is a rare toxic encephalopathy caused by accumulated plasma ammonia. A few literatures are reported about MRI findings of acute hyperammonemic encephalopathy. It is different from the well-known chronic hepatic encephalopathy. The clinical symptom and MRI findings of acute hyperammonemic encephalopathy can be reversible with proper treatment. Acute hepatic encephalopathy involves the cingulate cortex, diffuse cerebral cortices, insula, bilateral thalami on diffusion-weighted imaging (DWI), and fluid-attenuated inversion-recovery. Acute hepatic encephalopathy might mimic hypoxic-ischemic encephalopathy because of their similar predominant involving sites. We experienced 2 cases of acute hyperammonemic encephalopathy consecutively. They showed restricted diffusion at the cingulate cortex, cerebral cortices, insula, and bilateral dorsomedial thalami on DWI. One patient underwent acute fulminant hepatitis A, the other patient with underlying chronic liver disease had acute liver failure due to hepatotoxicity of tuberculosis medication. In this report, we presented the characteristic features of DWI in acute hyperammonemic encephalopathy. In addition, we reviewed articles on MRI findings of acute hyperammonemic encephalopathy.
DWI was performed for his abruptly decreased mentality. On FLAIR images, there were no significant abnormalities. DWI and ADC map showed diffusion restriction at the insula, diffuse cerebral cortex, cingulate cortex, and dorsomedial thalami similar to first case (Fig. 2) .
The patient's hyperammonemia was treated with lactulose enema and conservative treatment. By hospital day 2, his mental status progressed to stupor and he was transferred to other hospital for liver transplantation because of fulminant hepatitis.
DISCUSSION
Symptoms of patients with acute hyperammonemic encephalopathy include sudden onset of drowsiness and seizures. Untreated hyperammonemia can lead to permanent brain injury. Therefore, early diagnosis and prompt treatment of hyperammonemia is crucial to prevent long-term sequelae and to avoid fatal complication such as brain edema, herniation, even death (1, 2, 5) .
Ammonia is produced in the gastrointestinal tract as a byproduct of protein digestion and bacterial metabolism. It is metabolized in the liver as urea through the urea cycle (2) . When the metabolic capacity of the liver is overwhelmed, elimination depends on the kidneys, skeletal muscle, and even brain (1, 2, 6) . In the brain, ammonia affects the excitatory glutaminergic In summary, we suggest that the following four main predominant sites are involved in acute hyperammonemic encephalopathy: insula, cingulate cortex, diffuse cerebral cortex, and dorsomedial bilateral thalami. It is important to make early diagnosis of acute hyperammonemic encephalopathy as well as differential diagnosis, because acute hyperammonemic encephalopathy is a reversible and very fatal condition.
